A case of central retinal artery occlusion in a patient with a
Central retinal artery occlusion is a devastating ophthalmological event leading to severe impairment of vision. It may be associated with life threatening systemic diseases. Causes of it include embolism (from the heart or carotid arteries), vaso-obliteration (due to either atheroma or arteritis), or a high extravascular pressure (due to high intraocular pressure as in acute glaucoma or excessive pressure on the globe during surgery).' 2 Though the cause of the occlusion is not always identified, the clinical picture (hyperacute profound loss of vision, afferent pupillary defect, oedematous retina with a cherry red spot at the site of the fovea) is easy to recognise.
The ophthalmologist usually has a modest contribution in the identification of the underlying cause of the arterial occlusion. In this paper a case is presented in which the ophthalmologist led the way to the correct diagnosis. For further evaluation of the vascular disorder she was referred to the department of internal medicine of the Academic Medical Centre in Amsterdam, where she was seen by one of the authors (WVB). Her visual acuity in the right eye was still counting fingers and in the left 4/5 (16/20) (with S-8). The lenses were noted to be spherical, which explained the increased myopia, and were displaced inferonasally. The intraocular pressure in both eyes was 15 mmHg, with negative pupillary block provocation tests (measurements after mydriatics and in the prone position). Ophthalmoscopy confirmed the presence of a central retinal artery occlusion in the right eye.
The finding of a subluxation of the lens in this patient with an extensive history ofarteriovenous thrombosis suggested the diagnosis of homocystinuria rather than the Marfan syndrome. Biochemical analysis confirmed the diagnosis of homocystinuria, and the return to normal of the abnormal values after administration of pyridoxine proved this to be caused by a vitamin B6 responsive cystathionine-,B-synthetase deficiency.
The final diagnosis, after 10 The long and slender habitus frequently encountered in patients with homocystinuria together with ectopia lentis may erroneously lead to a diagnosis of the Marfan's syndrome. The direction of the dislocation of the lens, in Marfan's syndrome upwards and/or temporal and in homocystinuria downwards and/or nasal, is indicative but cannot be considered diagnostic. 8 There is a 40% probability that patients with homocystinuria will have a thromboembolic lesion in the first 20 years of their life.6 Multiple arterial occlusions in a patient with homocystinuria -being one of the secondary hypercoagulable states -associated with pregnancy has been described. 9 
